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On sitting, the head and upper part of the trunk are bent forward to a moderate degree. On standing, he is very uncertain at first of his balance; on getting steady he stands with a wide base, flat feet, and the natural spinal curves exaggerated rather like a medium grade pseudohypertrophic. He gets up off the ground like a pseudo-hypertrophic. Knee-jerks, ? just present. He is very tolerant to faradaism, and electrical reactions are much diminished.
Two Cases of a Nervous Disease of Undetermined Nature occurring in a Brother and Sister.
By Guy WOOD, M.B., and S. A. K. WILSON, M.B.
IT is difficult to give a short abstract of these cases, as the svmptomatology of both is somewhat complicated. The patients' father and mother were first cousins, and their mother's mother and her husband were first cousins. They have three healthy brothers and sisters, and their previous history is negative. CASE I. W. O., aged 31, female. Twelve years ago she began to complain of pain in the ball of her left great toe, and noticed a lump developing there, hard and tender. Seven and a half years ago a heavy lead-lined box fell on the left foot, causing further pain and swelling. She was taken to Charing Cross Hospital and operated on. The wound became infected, and took about a year to heal. The condition was diagnosed as double hallux valgus. Five and a half years ago patient noticed that she became readily tired when walking, and that she trembled with the slightest muscular exertion. She noticed weakness of her trunk muscles, and she could not rise easily. Her condition has steadily progressed. She began to drag the limbs in walking, especially the left, and noticed that her balance was upset with the greatest ease. The tremulousness has increased: it is practically constant, though worse with exertion.
She can run better than she can walk; she can walk uphill backwards much better than in the ordinary way. When standing she feels a constant tendency to go backwards. She has difficulty in rising from a chair. Her speech has become slower and monotonous, and she has noticed that she smiles or laughs very easily, especially when tired. She is said to have had precipitate micturition. She has become much thinner and weaker. No vertigo.
On examination: Face curiously expressionless and stiff. Patient is somewhat emotional. Holds neck and body stiffly; in turning head from side to side, eyes turn before head as in paralysis agitans. Hands often held in a position suggestive of paralysis agitans. Fine tremor easily seen and felt, both in arms and legs, but not a true intention tremor. On voluntary movements of limbs, the phenomenon of defective inhibition of antagonists is often exceedingly well marked. Apparentlyno atrophy of any particular group of muscles. Considerable weakness of flexors and adductors of hip and of extensors. When she stands with feet apart she has the greatest difficulty in bringing the legs together. Cannot turn in a seat at all easily. When limbs are being tested, muscular trembling frequently develops. No definite myotonia, apparently, but sometimes the grasps seem unnaturally strong and firm, and relaxation is not always quick. Gait, long and slow and slouching. Various sorts of " pulsion" easily obtained.
No organic signs in ordinary sense. No nystagmus. Disks normal. No true inco-ordination. No fibrillation of muscles observed. Deep reflexes lively. Abdominals brisk. Probable double flexor response; difficult to be sure. CASE II. F. O., aged 33, male. Twelve years ago noticed, perhaps as the result of wearing narrow boots, that the big toes were curling under the sole, and that he was beginning to " walk badly." Seven years ago, noticed weakness in his back when cycling, which used to make him lean backwards, as though to ease it. About same time became very easily tired on slight exertion. Began to "fail." His condition has steadily progressed. For the last five years the slightest muscular effort is accompanied by fine muscular tremors. He cannot walk far, not more than a hundred yards, without feeling utterly tired, but he can walk up a hill better than on the level. He can run much better than he can walk: he can run up a hill. Gait has becomne slow and slouching. He has the utmost difficulty in maintaining his equilibrium, like his sister. Is upset with the greatest ease. Speech has become somewhat slow. He has recently complained of a more or less constant desire to " clear his throat," &c.
No organic signs, in ordinary sense (as in sister's case). He shows many features analogous to hers-e.g., defective inhibition of antagonists, gait, facies, muscular tremors, stiffness, instability, &c.
DISCUSSION.
Dr. HENRY HEAD, F.R.S., said he had been much interested to see Dr. Wilson's patient, as he had recently seen a case which closely resembled it. She had the same extraordinary walk and tendency to topple over, so that if care were not taken she would fall in the act of crossing an ordinary large room. Another symptom, which he did not notice in the present patient, was slight irregular movements of the head. The speech in Dr. Wilson's patient was certainly affected, and so also was the speech in his case; it was slow and hesitating, and might be termed a stupid speech. There was no nystagmus. After he had made up his mind about this case, he was told the family history. The girl's father's sister had suffered from ataxy coming on in her twentieth year, which began with inability to walk across an ordinary room and with dropping things. Three collaterals died of " locomotor ataxy," as it was termed. Two were women and one was a man. As in all of them it came on at the age of 22, it was very unlikely to have been tabes dorsalis. He regarded it as a peculiar form of family disease, and did not expect to see another case so soon. The age at which death took place varied. The father's sister died aged 54, the man at 40 or a little over, and the two women died between 40 and 50, all of the disease.
Dr. Head (answering Dr. Grainger Stewart), said the mental changes in his patient were definite, but the case was complicated by the fact that she had never been educated; though she had had a series of governesses, she had refused to learn from any of them. She had lost recognition of identity and difference, one of the earliest signs of dementia. She knew her age, but could not tell when she was born. She did not know the multiplication table, and did not recognize that 2 X 4 was the same as 4 X 2.
Dr. S. A. K. WILSON, in reply, said he agreed that the patient was not mentally normal. He had had her under observation three years, and he thought her mental condition might be described as being "simple" or "facile." He did not think there was any dementia, and he had not noticed that restriction of memory which had been remarked on. Her mental state was not characteristic of, or analogous to, that seen in Huntington's chorea. He considered that the patient was suffering from a degenerative condition, thouglh there were no organic signs at present. There were two sisters and a brother in the family, who were not affected. These three had fine black hair, whereas the two patients (brother and sister) were prematurely grey.
